Abstract. Five women with post pubertal hirsutism due to a partial 21-hydroxylase deficiency were studied. These patients had no abnormalities of the external genitalia. They were compared to 3 adult women with a complete defect in 21-hydroxylase. The 
groups but only slightly in groups with partial 21-hydroxylase deficiency. After ACTH stimulation, plasma cortisol levels remained lower than normal in all patients but with a noticeable increase in patients with partial defect. The differences noted between precocious and delayed onset virilization gave an indication of the importance of the enzyme defect. Plasma testosterone (T) and androstenedione (\g=D\4)levels were elevated both in basal conditions and after ACTH administration. However, in patients with delayed onset of hirsutism most circulating T seems to originate from peripheral conversion of \g=D\4to T. Plasma ACTH values were strongly elevated in patients with a complete defect in 21-hydroxylase (260 \ m=+-\50 pg/ml) but normal in patients with partial deficiency (< 40 pg/ml).
In vitro testosterone 5\g=a\-reductase activity was determined in pubic skin homogenates from 4 Riddick & Hammond 1975; Rosenwaks etal. 1979; Bricaire et al. 1979) .
In this report, 5 cases of acquired hirsutism without any other sign of virilization are described.
The hormonal features observed in these patients were characteristic of CAH due to incomplete 21-hydroxylase deficiency. They are compared with 3 cases of complete deficiency.
Materials and Methods
The 5 women studied were respectively 20, 23, 25, (Proeschel et al. 1974 ).
In vitro, skin specimens of pubic origin were obtained from biopsy under local anaesthesia in 4 patients with partial 21-hydroxylase deficiency and the 3 patients with complete defect. T 5a-reductase activity was measured in a 100 mg sample after removal of subcutaneous fat. Homogenization, incubation and identification of re¬ covered radioactive steroids were performed according to usual procedure (Kuttenn et al. 1977 Parameters of target organ 'utilization' of androgens: skin 5a-reductase activity, plasma DHT In vitro determination (Fig. 2 (Burger et al. 1964 ).
5ct-reductase activity differs according to the type of 21-hydroxylase deficiency. It is very eleva¬ ted in patients with the complete form of the syndrome. This may be due to the increased secre¬ tion of T by the adrenals which may stimulate 5a-reductase activity in the skin as observed in man at puberty (Mauvais-Jarvis 1977) . On the other hand, in patients with only a partial defect 5a-reductase activity is in the range of normal women. It is also far lower than in idiopathic hirsutism (Kuttenn et al. 1977 ). In patients with idiopathic hirsutism plasma T and A4 are indeed only slightly elevated; the high level of T 5a-reductase activity in pubic skin and the elevated urinary excretion of Adiol suggest an exaggerated 'utilization' of androgens by skin (Kuttenn et al. 1977; Wright et al. 1978) . By contrast in patients with partial 21-hy¬ droxylase deficiency the major factor which seems to be responsible of virilization is the elevated production of A4. In other words the increased Adiol excretion observed in these patients reflects more the elevated production of A4, than the increased transformation of A4 to T, DHT and diols in the skin.
In a recent report, Leichter & Jacobs (1976) suspected a partial androgen resistance in a 22 year old woman with 21-hydroxylase deficiency but minimal clinical evidence of virilization. Since hirsutism depends on androgen production and/or skin androgen sensitivity, observation of a normal or low 5a-reductase activity in pubic skin of pa¬ tients with partial 21-hydroxylase deficiency is in¬ teresting to consider. Recent reports from our laboratory have suggested that hair growth in secondary sex differentiation territories was me¬ diated by the rate of 5a-reductase activity present at puberty (Mauvais-Jarvis 1977) . In addition, 5a-reductase activity in pubic skin seems to be a good marker of androgen responsiveness (Kuttenn et al. 1979 ). On the other hand, a low enzyme activity may be responsible for androgen insensitivity. Thus genetic differences in 5a-reductase activity in sexual skin might explain variable responses of target cells to the same androgenic stimulus.
